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HALLGREN'S SYNDROME: TWO CASE REPORTS 
S.CHAUDHURY, V.S.GURUNADH, G.P.SINGH, G.S.SUNDARI 
Two cases ofHallgren's syndrome presenting with retinitis pigmentosa, sensory-neural hearing loss 
along with schizophrenia in one patient and major depression in the other, are reported along with a 
brief description of this rare syndrome. 
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INTRODUCTION 
Pigmentary degenerations of the retina has been 
associated with congenital deafness ever since Von 
Graefe reported their simultaneous occurrence in 
1858, an observation confirmed by Liebreich in 
1861 who found retinal degeneration in 5.8% of 
congenitally deaf persons in Berlin (Duke-Elder, 
1964). Detailed analyses of these cases were carried 
out by Lindenov (1945), as well as by Bell (1922) 
who found that 10.4% of 919 cases of retinitis pig-
mentosa were deaf or deaf-mute. Hallgren (1959) 
investigated 177 patients belonging to 102 families 
and established the syndrome in a genetico-statisti-
cal study. The incidence of this syndrome in Sweden 
was approximately 3:1,00,000 people. 
The clinical appearance of the primary retinal 
pigmentary dystrophy is characteristic of that seen 
in patients with retinitis pigmentosa and is as-
sociated with night blindness. All patients suffer 
from a congenital neurosensory deafness. More than 
90% of the clinically deaf have a gait disturbance of 
a vestibulo-cerebellar type, possibly due to a 
labyrinthine disorder, since other cerebellar signs 
are not generally found. There is a positive correla-
tion between the degree of hearing loss and ves-
tibulo-cerebellar ataxia. About 25% of patients have 
mental retardation and 25% have a psychosis. 
Hallgren's series contained no fewer than 26 
(14.7%) patients with schizophreniform psychoses. 
Nystagmus occurs in 10% of patients and cataract 
usually develops before the age of forty (Duke-Elder 
&Dobree, 1967; Hughes, 1977). Skeletal anomalies 
(short stature, genu valgum, kyphosis, club foot are 
occasional findings. Mortality among patients is not 
increased whereas fertility is greatly reduced 
(Gaeraets, 1969). Two cases of Hallgren's syndrome 
are reported because of its rarity. 
CASE REPORTS 
Case 1: A 33 year old married male hailing from 
rural Uttar Pradesh presented with night blindness 
of one year duration and abnormal behavior for 
fifteen days. There was no past history of psychiatric 
illness. He had performed poorly in studies and 
discontinued after the third standard. His sister and 
a cousin also suffered a similar illness. His wife had 
undergone surgery for carcinoma cervix eight 
months ago, but had developed secondaries and he 
was very worried about her health. 
Physical examination showed an obese in-
dividual. Ocular fundus examination revealed early 
changes of pigment degeneration and Lister's 
perimetry showed concentric constriction of about 
25-30° to 3/330 white. He was diagnosed to have 
retinitis pigmentosa. ENT examination with pure 
tone audiometry revealed congenital bilateral sen-
sory-neural deafness (45-50 dB). 
On psychiatric interview, the patient complained 
that for the past two months he had been hearing 
people always discussing about him and believed 
that some unknown enemies wanted to kill him and 
his family members. Mental status examination 
revealed poor personal care, lack of contact with 
reality and vague and wooly talk. He was anxious 
and depressed with third person auditory hallucina-
tions, delusions of reference and persecution in a 
clear sensorium with impaired insight. Sleep was 
reduced and appetite was normal. Relevant inves-
tigations including skull radiograph and CT scan 
head were within normal limits. With a diagnosis of 
schizophrenia, he was treated with antipsychotics, 
five ECTs and psychotherapy and recovered fully. 
Case 2: A 32 year old married male hailing from 
rural Tamil Nadu presented with night visual deficit 
and headache of two years duration. His cousin had 
a similar illness along with mental subnormality. 
There was no past history of psychiatric illness. He 
had a poor academic performance and left school 
after the seventh standard. 
General physical and systemic examination were 
within normal limits. Ocular fundus examination 
revealed early changes of pigment degeneration. 
Lister's perimetry showed concentric constriction of 
about 25-30° to 3/330 white. He was diagnosed to 
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have retinitis pigmentosa. ENT examination with 
pure tone audiometry revealed congenital bilateral 
sensory-neural hearing loss (40-50 dB). 
The patient was noted to remain aloof and 
depressed in the ward which led to psychiatric refer-
ral. He complained of headache, forget fulness, poor 
appetite, initial insomnia and early morning 
awakening. Mental status examination revealed 
poor appearance, marked psychomotor retardation, 
monotonous speech, extreme preoccupation with 
somatic symptoms, anxious and depressed mood 
with fleeting suicidal ideation, ideas of helplessness 
and hopelessness and ideas of reference. 
All routine investigations including CT scan 
were within normal limits. Radiograph of the 
paranasal sinuses showed mucosal thickening of the 
maxillary antra. A diagnosis of major depression 
was made and he was treated with antidepressants, 
anxiolytics, 7 ECTs and psychotherapy, following 
which his psychiatric symptoms ameliorated. 
DISCUSSION 
These patients had gross nyctalopia, concentric 
field constriction, normal central vision, equatorial 
pigment degeneration, positive family history, con-
com itant sensory-neural deafness and psychosis on 
the basis of which the diagnosis of Hallgren's 
syndrome was made. There is general agreement 
that congenital deafness is psychologically damag-
ing and may be an important causative factor in 
paranoid psychoses (Slater & Roth, 1969; 
Mahapatra, 1974). It has therefore been suggested 
that the psychotic behavior and mental retardation 
seen in 25% of patients with Hallgren's syndrome 
may be a nonspecific response in some patients to a 
double sensory handicap (Hughes, 1977). In addi-
tion, Remvig (1969) who followed up Lindenov's 
cases opines that in some patients, the psychosis had 
been precipitated by environmental stress (like our 
Case 1), but adds that it is also reasonable to presume 
an inherited predisposition to psychosis. Similar 
findings were reported by Pandey et al (1982). 
The ocular and aural abnormalities in Hallgren's 
syndrome arc inherited traits and no treatment is 
available for them. However, psychotropic drugs 
often have a good ameliorative effect on the 
psychotic episode, as was seen in our cases (Remvig, 
1969; Pandey et al, 1982). 
REFERENCES 
Bell, J. (1922) Quoted in Handbook of Clinical 
Neurology, Vol 13, (Ed. P.J.Vinken & 
G.W.Bruyn), pp 451-468. Elsiever: North Hol-
land Publishing Company. 
Duke-Elder, S. (1964) Congenital Deformities. In 
System of Ophthalmology, Vol 3: Normal and 
abnormal development, Part 2. (Ed. S.Duke-
Elder), pp 1150. London: Henry Kimpton. 
Duke-Elder, S. & Dobree, J.H. (1967). The tapeto-
retinal dystrophies. In System of Ophthalmology, 
Vol 10: Diseases of the Retina, (Ed. S.Duke-
Elder), pp 574-666. St. Louis: The C.V. Mosby. 
Gaeraets, W J. (1959) Ocular Syndromes, 2nd edn, 
pp 105. Philadelphia: Lea & Febiger. 
Hallgren, B. (1959) Retinitis pigmentosa combined 
with congenital deafness with vestibulo-cerebel-
lar ataxia and mental subnormality in a propor-
tion of cases. Acta Psychiatrica Scandinavica, 
34, Suppl 138. 
Hughes, W.F. (1977) The retina. In The Year Book 
of Ophthalmology, (Ed. W.F.Hughes), pp 219-
270. Chicago: Year Book Medical Publishers. 
Lindenov (1945) Quoted in Handbook of Clinical 
Neurology, Vol 13, (Ed. P.J.Vinken & 
G.W.Bruyn), pp 451-468. Elsiever: North Hol-
land Publishing Company. 
Mahapatra, S.B. (1974) Psychiatric and 
psychosomatic illness in the deaf. British Journal 
of Psychiatry, 125,450-451. 
Pandey, R.S., Sharma, P.S.V.N., Srinivasan, K., 
Srinivasan, K.N. & Ghorpade, R.A. (1982) 
Hallgren's Syndrome - review of literature and 
two case reports. Indian Journal of Psychologi-
cal Medicine, 30-33. 
Remvig, J. (1969) Three clinical studies of deaf 
mutism and Psychiatry. Acta Psychiatrica Scan-
dinavica, 45, Suppl 210. 
Slater, E. & Roth, M. (1969) Clinical Psychiatry, 
pp 150. London: Balliere, Tindall & Cassell. 
Suprakash Chaudhury MD, PhD, Psychiatrist, Military Hospital, Meerut 250 001; V.S. Gurunadh 
MS, DOMS, Ophthalmologist, 151 Base Hospital; Ganesh Prasad Singh MS, 
Otorhinolaryngologist, Military Hospital, Madras; G.S. Sundari DPN, Specialist Sister 
(Psychiatry), Military Hospital, Meerut. 
Correspondence 
194 